Crystal storage histiocytosis (CSH) is a rare clinical entity. It comprises of benign histiocytes showing accumulation of refractile generally immunoglobulin crystals in the cytoplasm. Accumulation of non-immunoglobulin substances is also described, common being clofazimine, charcot-leyden, and cystine. Here, we present a case of generalized CSH presenting as a chest wall mass in a 62-year-old gentleman. X-ray showed a chest wall mass with destruction of the right sixth rib. Histopathological examination revealed plasmacytoma with the presence of histiocytes showing abundant pink cytoplasm. Bone marrow examination revealed the presence of plasma cells with dense azurophilic granules. The patient was started on chemotherapy for multiple myeloma. It is clinically important to identify these cases as part of published literature since it annotates poor prognosis to the generalised form of CSH compared to localized one. The unusual location, presence of morphologically distinct plasma cells in marrow, made the diagnosis challenging. The case also highlights the role played by immunohistochemistry to arrive at the right diagnosis.
Introduction
Crystal storage histiocytosis (CSH) is a rare entity described in the literature. It comprises of benign histiocytes showing accumulation of refractile generally immunoglobulin crystals in the cytoplasm [1] . Accumulation of non-immunoglobulin substances is also described, common being clofazimine, charcot-leyden, and cystine [1] . Associations with hematolymphoid neoplasms are described most common being multiple myeloma (as in the present case) and low-grade lymphoma (lymphoplasmacytic lymphoma, marginal zone lymphoma) [2] . Associations with other conditions like Fanconi anaemia, autoimmune (rheumatoid arthritis, eosinophilic colitis), and metabolic and infective etiologies have been described [1, 2] . The common sites described are the head and neck region, lung and pleura, bone marrow, and kidney in the decreasing order of involvement [1] .
Case Presentation
A 62-year-old gentleman presented to our hospital with the complaints of pain on the right side of the chest with swelling. On X-ray, mass was identified in chest wall with destruction of the right sixth rib. Tru-cut biopsy was performed, and histopathology revealed two populations of cells arranged in sheets (Fig. 1) Immunohistochemical stains were ordered for pancytokeratin, TTF1, desmin, S100, CD138, CD68, kappa, and lambda. Immunostains CD138 and CD68 were positive ( Fig. 2a, b) . Pancytokeratin, S100, and TTF1 desmin were negative. IHC for kappa and lambda showed the presence of kappa light chain in the histiocytic cytoplasm and was negative for lambda (Fig. 3a, b) . Bone marrow aspiration showed 14% plasma cells with azurophilic granules in plasma cells; these cells were moderately increased in size with eccentric nucleus, basophilic cytoplasm. Few of the plasma cells showed the presence of cytoplasmic vacuoles (Fig. 4) . Scattered histiocytes were noted with pink material and granules in cytoplasm. Bone marrow biopsy revealed sheets of plasma cells and scattered distended pink histiocytes. IHC done on trephine section also highlighted the CD68-positive histiocytes. Biochemical investigations revealed the absence of "M" band and normal serum light chain ratio. Patient's serum creatinine levels were slightly elevated with anaemia. The patient was started on chemotherapy with tab Dexamethasone 20 mg + tab thalidomide 50 mg. The patient received two cycles of chemotherapy and was lost to followup. Palliative radiotherapy was also given.
Discussion
Clinical CSH exists in both local and generalized pattern. In the present case, the patient presented with chest wall lesion which showed CSH with plasma cell neoplasm; this is an unusual site rarely described in the literature [1] hence a potential clinical mimic of a soft tissue sarcoma. CT scan with guided biopsy was performed from the lesion. MRI studies are useful in the visualization of the soft tissue lesions, however was not done in the present case. Bone marrow staging workup showed the presence of the granular plasma cells. Scanty numbers of histiocytes were also seen showing eccentric nucleus with vacuolated cytoplasm which was mistaken to be morphologic variant of plasma cells. These histiocytes could be identified on trephine biopsy where they appeared large bright pink versus the small plasma cells, and positive for CD68. Kuyama et al. [3] have attributed this accumulation of the immunoglobulins to defect in secretory pathway whereby there is accumulation of the phagocytic vacuoles in the cytoplasm giving the granular appearance to the cytoplasm, which might explain the absence of M band and normal light chain ratio. Similarly, Lebeau et al. [4] have elaborately described the presence of paraproteins in the lysosomes of both the plasma cells and the histiocytes. The structural changes induced in the paraprotein structure foster crystallization and prevent lysosomal degradation of these by products in the histiocytes. The diagnosis of CSH involvement was nearly missed in aspirate smears; however, an earnest attempt to identify the histiocytes on trephine by IHC could clinch the diagnosis. It is clinically important to identify these cases as part of the published literature as it annotates poor prognosis to the generalized form of CSH compared with the localized one [4] . Literature search from the published articles showed many single-case reports; however, two case series (Table 1) are summarized along with the present case. The prognosis on the present case is not available as the patient was lost to follow-up. CSH is a rare disease; this case is presented to highlight the diagnostic difficulties encountered; pragmatic use of immunohistochemistry can help arrive at correct diagnosis. PCM, plasma cell myeloma; MGUS, monoclonal gammopathy of undetermined significance; ENMZL, extra nodal marginal zone lymphoma; MZL, marginal zone lymphoma; LPL, lymphoplasmacytic lymphoma; SMZL, splenic marginal zone lymphoma; PBSCT, peripheral blood stem cell transplant; GIT, gastrointestinal tract
